INTRODUCTION
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MATERIALS AND METHODS
A review all patients with features suggestive of VWS attending the cleft lip and palate clinic of the LUTH Idi-Araba, Lagos, from January 2007 to December 2012 was done. All children and their parents were clinically examined to confirm the diagnosis of non-syndromic clefts and VWS. Data included in the analysis were: gender of patients, age at presentation in the clinic, types cleft deformity, presence or absence of lower lip pits and any other associated congenital anomalies.
RESULT
A total of 400 patients presented to the cleft clinic during the study period. Age at presentation ranged between 1 week and 12 years, with majority (n = 10) less than 2 years of age [ Table 1 ]. Eleven (2.7%) of these patients were presented with features of VWS. Table 1 shows the phenotypic expression of cleft and lower lip pits. Most of the patients (63.6%, n = 7) were females. Bilateral lower lips were presented in 10 (90.9%) out of the 11 cases. The mother of the only patient without lip pits presented with bilateral lower lip pits. No family history of cleft/ lip pits was elicited in 10 other cases. Cleft phenotypes displayed in the study population included isolated cleft palate, complete unilateral or bilateral cleft lip and palate (BCLP). Six patients (54.5%) had BCLP, one patient (9.1%) had left unilateral cleft lip, one patient (9.1%) had cleft of hard and soft palate while three patients (27.3%) had isolated cleft soft palate Figures 1 and 2 show different phenotypic expression of VWS.
DISCUSSION
The present study describes the clinical features of 11 individuals with VWS that presented to the LUTH. The prevalence of VWS among cleft populations has been reported in the literature to be 2% of orofacial cleft cases. [1, [9] [10] [11] In the present study, we observed a prevalence of 2.7%, which is consistent with previous reports in the literature. The female preponderance of 63.6% recorded in this study is similar to the rate previously reported by Omo-Aghoja et al. [12] However, this is in contrast with earlier studies, which found no discernible difference in gender distribution of affected individuals. [1] The lip pits in VWS has been reported to be mostly bilateral and symmetrically placed on each side of the midline [1, 5, 13] and may sometimes be the only manifestation of this syndrome as seen in the mother of one of the presented case. All patients with lip pits in this series presented with bilateral paramedian sinuses of the lower lip, placed symmetrically on either side of the midline. Bilateral pits can also be unilaterally, medially or bilaterally asymmetrical. [13] A single median or paramedian pit has also been reported and is considered as an incomplete expression of the trait. [13] None of our patients in this series presented with unilateral lip pit.
Previous studies have reported variable expression of cleft phenotypes associated with VWS. Lam et al. [1] reported that approximately two-thirds in their series present with either BCLP or unilateral cleft lip and palate. Jones et al. [14] also reported than more than 50% of cases presented with either bilateral or unilateral cleft lip and palate. In this series, approximately 55% presented with BCLP. In agreement with previous reports [1, 14] expression of only cleft lip deformity is low. The overall prevalence of characteristic lower lip pits in this study cohort was 90.9%. Hence, detection of the lower lip pits is vital for the correct diagnosis of VWS in the vast majority of affected individuals. The absence of cleft in the mother and the presence of lower lip pits in the mother and absence of lower lip pits in the child support the variable phenotypic variation of VWS reported in the literature. [3, 7, 15] The diagnosis of VWS is primarily clinical. However, due to non-penetrance feature of the condition, genetic [1, [5] [6] [7] [8] All patients in this series had undergone surgical repair of their cleft, no cosmetic repair of the lip was done as the lip pit were essentially asymptomatic.
Lower lip pit(s) and cleft lip and palate form an entity known as VWS. [1] Although, hypodontia is a frequently associated anomaly, hypodontia may not be obvious at presentation due the fact that many of the patients present during pre-eruption age.
Finally, it must be stated that a clinical diagnosis of VWS requires additional examination for family members to identify other members with the syndrome due to its penetrance nature. This will also be a valuable guide for counselling since VWS is highly penetrant and family risk for clefts is increased.
CONCLUSION
Most of the cases of VWS presented with BCLP and lower lip pits. Non-penetrance for the lip pits was seen in one out of 11 cases. Although rare, VWS must always be a consideration in families in which more than one individual is found with a cleft. The sample size in this study is relatively small and may not be truly representative of VWS in Nigeria. However, this is the first study of VWS conducted in Nigerian families and it provides a foundation for further research based on larger numbers of families. In addition, future studies on the genetic aetiology of VWS in the Nigerian population should be undertaken. 
